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Domain [weight] Activity level

Description

Haematological [2] No=0

For anaemia, neutropenia, and Low =1
thrombopenia, only autoimmune
cytopenia must be considered

Exclusion of vitamin or iron _
deficiency, drug-induced Moderate =2
cytopenia

High=3
Biological [1] No = 0

Low =1

Moderate = 2

Absence of auto-immune cytopenia

Cytopenia of auto-immune origin with neutropenia (1000<neutrophils<1500/mm3), and/or anaemia
(10<haemoglobin<12 g/dl), and/or thrombocytopenia (100000<platelets<150000/mm3)

Or lymphopenia (500<lymphocytes<1000/mm3)

Cytopenia of auto-immune origin with neutropenia (500<neutrophils<1000/mm3), and/or anaemia
(8<haemoglobin<10 g/dl), and/or thrombocytopenia (50000<platelets<100000/mm3)

Or lymphopenia (£500/mm?3)

Cytopenia of auto-immune origin with neutropenia (neutrophils <500/mm?3), and/or or anaemia
(haemoglobin <8 g/dl) and/or thrombocytopenia (platelets <50000/mm?3)

Absence of any of the following biological features

Clonal component and/or hypocomplementaemia (low C4 or C3 or CH50***) and/or
hypergammaglobulinaemia or high IgG level between 16 and 20 g/l

Presence of cryoglobulinaemia and/or hypergammaglobulinaemia or high 1gG level >20 g/l, and/or
recent onset hypogammaglobulinaemia or recent decrease of IgG level (<5 g/l)

CIDP, chronic inflammatory demyelinating polyneuropathy; CK, creatine kinase; CNS, central nervous system; DLco, diffusing CO capacity; EMG,
electromyogram; EULAR, European League Against Rheumatism; FVC, forced vital capacity; GFR, glomerular filtration rate; Hb, haemoglobin; HRCT,
high-resolution computed tomography; IgG, immunoglobulin G; NCS, nerve conduction studies; NHYA, New York Heart Association classification; PlIt,

platelet; PNS, peripheral nervous system.

*Clinical investigator subjective scoring based on availability of concurrent clinical data.

**Seror et al 2011
***CH100 may be used instead of CH50
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17 Appendix 5: ESSPRI

Your physician has asked you to answer several questions relating to your disease. To answer
to these questions, please take into account how bad your symptoms have been at their worst
during the last two weeks only.

Please tick one box only that best reflects your response.

Please take care to answer the questions. The questions marked‘*’ are optional
(questions 4-21).

Example:

No pain D D D D D D D I:‘ D D raaﬁimal imaginable
0 1 2 3 4 5 6 7 8 9 10

EVALUATION SCALES

1. How severe has your dryness been during the last 2 weeks?
No dryness D D D D D D D D D D D gﬂ;:(‘igzl imaginable
0 1 2 3 4 5 6 7 8 9 10
2. How severe has your fatigue been during the last 2 weeks?
No fatigue D I:l I:l D D D D I:l I:l I:l D g;;mal imaginable
0 1 2 3 4 5 6 7 8 9 10

3. How severe has your pain (joint or muscular pains in your arms or legs) been during the
last 2 weeks?

No pain D I:l I:l D D D D I:l I:l I:l D g;:imal imaginable

4. *How severe has your mental fatigue (not thinking clearly, finding it hard to concentrate,
forgetting things, or making mistakes) been during the last 2 weeks?

No pain Maximal imaginable
g I;l I:zl g 4D g g I?:l I;' I;' 9 mental fatigue
5. *How severe has your ocular (eye) dryness been during the last 2 weeks?
N o
o dryness D |:| |:| D D D D |:| |:| |:| D gqr?r::ergzl imaginable
0 1 2 3 4 5 6 7 8 9 10
6. *How severe has your oral (mouth) dryness been during the last 2 weeks?
N T
o dryness D D D D D D D D D D D gﬂ;:(‘:;gzl imaginable
0 1 2 3 4 5 6 7 8 9 10
7. *How severe has your skin dryness been during the last 2 weeks?

No dryness D I:l I:l D D D D I:l I:l I:l D ldvﬂ;:(‘igzl imaginable
0 1 2 3 4 5 6 7 8 9 10
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8. *How severe has your nasal dryness been during the last 2 weeks?
No dryness Maximal imaginable
N O i
0 1 2 3 4 5 6 7 8 9 10
9. *How severe has your tracheal (breathing tubes) dryness been during the last 2 weeks?
No dryness Maximal imaginable
N 3 N N O 0 i
0 1 2 3 4 5 6 7 8 9 10
10. *How severe has your vaginal dryness been during the last 2 weeks?

No dryness D I:l I:l D D D I:l I:l I:l D D 'dwr?;:;zl imaginable
0 1 2 3 4 5 6 7 8 9 10

If not relevant tick this box D

Preliminary Explanation:

You have just evaluated the severity of your symptoms. However, in your everyday life some may be
more important to you than others. You are now going to evaluate their importance, try to reflect this
distinction in your answers.

11. *Among the following symptoms, please identify the one you consider the most in need
for improvement (tick only one box)

Dryness D Fatigue D Pain D Mental Fatigue D

12. *Among the following symptoms, please rank them by priority order: - from 1: the most
in need of improvement > to 4: the least in need of improvement.
Dryness Fatigue Pain Mental Fatigue

I__1/ I__/ I__1 I

13. *Among the following dryness symptoms, please identify the one you consider the most
in need for improvement (tick only one box)

Ocular D Oral D Skin D Nasal D Tracheal D Vaginal D

14. *Among the following dryness symptoms, please rank them by priority order: - from 1:
the most in need of improvement - to 6: the least in need of improvement.
Ocular Oral Skin Nasal Tracheal Vaginal

I__1/ [/ I__1/ I__1/ /

—
—
—

15. *How important is it to you to get rid of your dryness?

Not important at all D I:l I:l I:l D D D I:l I:l I:l D Extremely

7 8 9 10 important

16. *How important is it to you to get rid of your fatigue?

Not important at all D D D D D D D D D D Extremely
0 1 2 3 4 5 6 7 8 9

10 important




Novartis Confidential Page 123
Amended Protocol Version v07 Clean Protocol No. CCFZ533X2203

17. *How important is it to you to get rid of your pain?

Not important at all D D D D D D D D D D D Extremely
0 1 2 3 4 5 6 7 8 9 10

important

18. *How important is it to you to get rid of your mental fatigue?

Not important at all D I:l I:l I:l D D D I:l I:l I:l D Extremely
0 1 2 3 4 5 6 7 8 9 10

important

19. *Considering now your symptoms related to your Sjogren’s syndrome (e.g., dryness, your
fatigue, pain and your mental fatigue), as well as their consequences on your professional
or personal life, how severe was your Sjogren’s syndrome during the last 2 weeks?

Inactive D D D D D D D D D D D Very active

20. *How long has it taken you to complete this questionnaire?

minutes
21. *How easy or difficult have you found it to complete this questionnaire?

vy U O L L LI LI L e

easy

Comments







